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Background:  Anomalous origin of the left pulmonary artery (LPA) from the right pulmonary artery (RPA), or pulmonary artery (PA) sling, is 
a rare anomaly presenting with respiratory distress and requiring surgical correction.
case:  A 6-week old male infant with Trisomy 21 and a small to moderate-sized perimembranous ventricular septal defect (VSD) was 
referred for hospitalization secondary to failure to thrive. The infant was asymptomatic following birth but by 4 weeks of age, began to 
develop progressive respiratory distress and feeding difficulties. He was treated for presumed congestive heart failure (CHF) with diuretics, 
with the eventual addition of digoxin and afterload reduction when his symptoms did not improve. Physical examination revealed a normal 
precordial impulse, normal S1 and a normally split S2, a harsh grade 3/6 holosystolic murmur, no diastolic rumble, tachypnea, intercostal 
and subcostal retractions, inspiratory and expiratory stridor and a liver edge palpated 1 centimeter below the right costal margin.
decision Making:  During his inpatient admission, the patient continued to demonstrate symptoms of respiratory distress. His physical 
examination was not suggestive of significant CHF and his symptoms were disproportionate to what would be expected based on VSD 
size. Given his clinical picture and persistence of symptoms despite aggressive anti-congestive medical therapy, a repeat echocardiogram 
was obtained. This echocardiogram revealed origin of the LPA from the RPA suggestive of a PA sling. A CT scan confirmed the diagnosis 
of a PA sling, with passage of the LPA between the trachea and esophagus and resultant narrowing of the trachea and left main bronchus. 
The patient underwent bronchoscopy, ruling out complete tracheal rings, a defect known to be associated with PA sling. He underwent 
surgical repair of his VSD and PA sling with subsequent resolution of his respiratory symptoms.
conclusion:  Stridor is not a clinical feature of CHF. In patients whose physical examination or clinical picture is inconsistent with the 
known diagnosis or who fail to respond as expected to medical therapy, additional work-up should be pursued.
